Pulmonary arteriolar Total systemic (Cardiac output (I,/min) Heart rate (bpm) beneficial effects of diltiazem were followed by an associated subjective improvement over an 11-month period.' In this report we describe a late-stage patient who sustained a significant improvement with nifedipine over a 6-month period. This improvement was associated with a significant change in hemodynamic data measured repeatedly.
A white female patient (age 27 years) was admitted for evaluation of progressive dyspnea and syncope on exertion. At the age of 20 years she was known to have cardiomegaly.
Her blood pressure was 115/75 mm Hg. There was clinical evidence of right ventricular hypertrophy. On auscultation a loud pulmonic closure sound was followed by a long early diastolic murmur of pulmonary regurgitation.
Routine laboratory examinations were normal. The ECG showed right axis deviation and right ventricular hypertrophy.
The chest x-ray showed cardiomegaly and central pulmonary arterial dilatation with distal vessel narrowing. A pulmonary angiogram revealed no signs of pulmonary emboli. The most important hemodynamic data are shown in Table I . The pulmonary capillary wedge pressure was normal. After treatment with nifedipine, 20 mg six times a day, significant improvement of hemodynamic data was seen after 3 days. During the follow-up period, symptoms markedly improved. No side effects occurred. Repeated catheterization after 6 months of continued oral therapy showed a sustained beneficial effect (Table I syncopal episodes. His first catheterization at another At the time of reoperation to reduce residual LV hyperhospital was at 5 years of age and showed a 60 mm Hg tension by placement of an conduct from the LV apex to peak systolic gradient across the subaortic area. By 10 the descending aorta, the apical aneurysm was excised and years of age, symptoms of syncope developed, and a the arrhythmia ceased.
resection of a discrete subaortic membrane was performed An electrophysiologic study was conducted with a hexapolar catheter placed transseptally across the mitral valve and with bipolar electrode pairs at the LV apex and LV midposterior septum.' Electrograms were also recorded from the high right atrium, low right atrium, His bundle region, right septal region, and right ventricular apex. Programmed extrastimulation of the right ventricular apex, right ventricular outflow, and LV midposterior septum failed to evoke repetitive beats. During LV apex pacing (S,S,) at a basic drive rate of 100 bpm (C, = 600 msec), single paired (S,S, = 230 msec) extrastimuli consis. tently resulted in repetitive beats originating near the apex. Double paired extrastimuli at the LV apex also resulted in single repetitive beats originating at the apex. At an S,-S, interval of 225 msec and an S,-S:; interval of 185 msec, ventricular tachycardia at 275 bpm, accompanied by an acute blood pressure decline, was initiated (Fig.  2) . Catheter-induced VPBs converted the tachycardia to supraventricular; spontaneous conversion to normal sinus rhythm then followed. One week later the patient underwent construction of a conduit between the LV apex and the descending aorta, and a 20 mm suggested that the most likely mechanism was reentry in the area of the aneurysm, similar to the mechanism of ventricular tachycardia seen i n adults with ischemic heart disease and ventricular aneurysm.i " Fortunately the point of origin was in an area that had to be resected for insert.ion of the conduit. between the LV apex and the descending aorta. We conclude that the LV apex may be a potentially dangerous site for intraoperative venting and should be avoided whenever possibIe. Children who undergo surgery for congenital heart disease and who have life-threatening arrhythmia should also have preoperative electrophysio logic evaluatiun. since surgical therapy for the arrhythmia may also be accomplished at the t.ime of operation.
